Leiomyosarcomas of the inferior vena cava (IVC) are rare tumors that occur commonly in women of middle age group and usually present with nonspecific symptoms. Treatment consists of surgical excision with or without IVC reconstruction, combined with chemotherapy and radiotherapy. We present a case of leiomyosarcoma of infrarenal IVC extending into both iliac veins, which was resected with reconstruction of IVC and both iliacs with bifurcated Dacron graft. Although IVC reconstruction is mentioned in literature, reconstruction with bifurcated graft is rare.
Introduction
Vascular leiomyosarcoma is a rare entity, but it is the most common malignant primary tumor of inferior vena cava (IVC). The first report of IVC leiomyosarcoma was done by Peri and Virchow [1] in 1871. A majority of patients are women in their fifth or sixth decade. [2] The most common clinical presentation is chronic vague right-sided abdominal pain. In the management, pre-or post-operative adjuvant chemotherapy and radiotherapy are considered, but surgery remains the mainstay of the treatment. En masse resection of the tumor with involved IVC is the accepted treatment with or without establishment of continuity for venous return. Various materials are used for restoring continuity such as polytetrafluoroethylene (PTFE) graft and autogenous vein grafts. We present a case of IVC leiomyosarcoma, who was treated with complete resection of the tumor with IVC and both iliac veins and replaced with bifurcated Dacron graft. To our knowledge, in literature, there has been no mention of usage of bifurcated graft for IVC reconstruction.
Case Report
A 62-year-old female diabetic patient diagnosed to have retroperitoneal mass while being evaluated for mild leg edema in the lower extremities. She did not have any Figure 4 ]. Postoperatively, patient developed right limb of graft thrombosis, which was treated medically and patient recovered with no morbidity. She was advised adjuvant chemo-and radio-therapy. With 1 year follow-up, the patient is disease-free and functioning graft.
Discussion
Vascular leiomyosarcoma represents just 2% of all leiomyosarcomas with venous involvement more common than arterial sarcoma. Even in primary venous leiomyosarcoma, 60% originate from IVC. After the first documented case in 1871, only 197 cases had been others consider preserving venous continuity is mandatory to prevent morbidity. [7] In few cases of complete IVC obstruction preoperatively with development of adequate collaterals, resection of IVC without reconstruction may be considered. During reconstruction of infrarenal segment of IVC, simple clamping of vein is sufficient and does not cause proximal venous hypertension or arterial hypotension. Even if they occur, it can be managed by infrarenal aortic clamping. Various materials are used for the reconstructive material, such as PTFE, autogenous vein, but we used Dacron because of availability and cost factor.
Considering the development of recent advances in adjuvant chemotherapy and radiotherapy, adjuvant therapies may be considered in selected patients with some survival benefit, but surgical resection with microscopically negative margins is still the treatment of choice.
reported well after a century later in 1992 [3] and 218 cases in 1996. [4] With regard to sex (female), mean age group, and site of tumor (lower IVC), our case confirms the findings of Mingoli et al. [5] It often presents very late with symptoms and metastasis, but at present, increase in the usage of radiological investigations results in early diagnosis. Rather than growth by infiltration, leiomyosarcoma tends to grow by intraluminal or extraluminal extension. This may explain the rarity of lower limb edema as a presenting symptom, even in large tumors as in our case. In general, radiological investigations will pick up the mass and its origin can be easily identified, with careful and through examination of the CT films. We missed the obvious diagnosis, but retrospective analysis of CT films showed nonvisualization of IVC which is diagnostic of primary IVC tumors.
The recommended treatment based on the available literature is surgical and we agree with Hollenbeck et al. [6] in wide tumor resection with negative resected margin as the primary treatment. Some authors report that it is not necessary to establish continuity of venous return by IVC reconstruction, because of the presence of collaterals, but We recommend aggressive surgical team work by oncologist and vascular surgeon for better survival of the patient.
